Cerebeliar haemangioblastoma in an octogenarian
Sir, Sporadic cerebellar haemangioblastoma usually affects middle-aged individuals. ' We recently excised this tumour in an 87 year old woman with subsequent rehabilitation to independence. The mean age at which this tumour presents is rising because a larger proportion of cases are occurring in older patients.2 It is believed that during foetal development, a hamartoma forms in the cerebellum from the choroid plexus in the 4th ventricle. Cystic transformation then gives rise to the tumour.3 Why should such a transformation have occurred in our patient so long after the formation of a congenital lesion? Maher has recently provided an answer that requires an understanding oftumour suppresser genes.2 Patients with Von Hippel-Lindau syndrome are heterozygous for a recessive tumour suppresser gene and require a single mutation for the formation of familial cerebellar haemangioblastoma. The sporadic tumour only occurs when two spontaneous mutations are acquired during life. This could statistically occur at any age after birth. Sympathectomy provided only temporary relief of the symptoms, 59 cases ended up in below-knee amputation, while the remaining two patients had minor amputations of the toes. The mean time interval between the onset of symptoms and the amputation was 22 months, while the mean time interval between sympathectomy and amputation was 6.4 months.
